SUMMARY We describe a patient with the rare combination of uric acid calculi, familial hypouricaemia, and increased renal urate clearance.
paresis. Routine investigations showed persistent hypouricaemia with plasma urate concentraticnrs less than 0-08 mmol/l (1P3 mg/dl) on many occasions (95 % reference range in healthy male laboratory staff 0-25-0-45 mmol/l; 4-2-7-6 mg/dl). There was no other abnormality in the multiple biochemical analysis (Sequential Multiple Analyser with Computer, Technicon, Tarrytown, USA). Hypouricaemia had also been present eight years and one year earlier (009 mmol/l (1-5 mg/dl) and 0-06 mmol/l (1-0 mg/dl)). On 10 March 1980 lead concentrations were normal. At cystoscopy a 3 cm bladder calculus was found, and analysis showed it to be composed entirely of uric acid.
Investigation of family members showed his two surviving brothers to be hypouricaemic (0-06 and 0-08 mmol/l (1-0 and 1-3 mg/dl)) and his sister to have a low normal plasma urate concentration (0-19 mmol/l (3-2 mg/dl), 95% reference range in women 0 15-0-40 mmol/l (2 5-6-7 mg/dl)). The patient's three adult daughters were hypouricaemic (0-12, 0-13, and 0 14 mmol/l (2-0, 2-2, and 2-4 mg/dl)). There was no family history of renal stones.
The patient and other members of the family refused further investigations but at the time of this report remain well. 
Discussion

